Objective: To report the clinical and electrophysiological characteristics of a family presenting Charcot -Marie-Tooth disease (CMT) associated with autonomic nervous system disturbances.
Introduction
Hereditary sensory and motor neuropathies (HSMN) or Charcot -Marie -Tooth disease (CMT), are chronic disorders of the peripheral nervous system, causing weakness and sensory impairment. Different forms of HSMN can be distinguished according to the electrophysiological data, the type of inheritance and the mutated gene. CMT1 is the demyelinating form, characterized by motor nerve conduction velocity (MNCV) below 35 m/s, whereas CMT2 is the axonal form, characterized by normal MNCV (Dyck et al., 1993) . CMT2 has been linked to 3 loci on 1p35-36, 3q13-q22 and 7p14 (Ben Othmane et al., 1993; Kwon et al., 1995; Ionasescu et al., 1996) . CMT1A is mostly caused by a duplication of the PMP22 gene on chromosome 17p11.2-p12 (Timmerman et al., 1992; Valentijn et al., 1992) . CMT1B is associated with mutations in the myelin protein zero (MPZ) gene on chromosome 1q22 -q23 (Hayasaka et al., 1993; Latour et al., 1995) . Three clinical and electrophysiological phenotypes have been associated with MPZ gene mutations: CMT1B, which is characterized by slow MNCV (, 25 m/s) and onset in the first two decades of life, Dejerine -Sottas syndrome with onset in infancy and extremely reduced MNCV (, 10 m/s), and congenital hypomyelination (Warner et al., 1996) 
